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Haim-Munk  syndrome  (HMS)  was  first  de-
scribed among descendants of a religious isolate 
from India.1 Later on, some researchers consid-
ered HMS a variant of Papillon-Lefevre syndrome 
(PLS), on the basis of common clinical features 
such as abnormal hyperkeratosis of the palms and 
soles, and aggressive periodontitis.2
The presence of additional features including 
recurrent  pyogenic  skin  infections,  acroatrophic 
changes of nails, arachnodactyly, a peculiar radio-
graphic deformity of the finger contapered, point-
ed  phalangeal  ends,  and  pes  planus  suggested 
that HMS was a distinct disorder.2 In the current 
study, we present a patient from a consanguine-
ous  family  with  severe  dermatologic,  periodon-
tal, and skeletal manifestations, which are typical 
clinical signs of HMS.
CASE REPORT
A  15-year-old  Turkish  male  from  a  consan-
guineous  family  was  evaluated  for  aggressive 
periodontitis,  palmoplantar  hyperkeratosis,  and 
multiple psoriasiform plaques on face, extremi-
ties,  and  trunk.  The  patient  started  developing 
thickening and scaling of the skin of the palms and 
soles at the age of 2-3, and shedding of primary 
dentition as a result of periodontitis at the age of 
4 years. Secondary dentition was also affected by 
periodontal disease, with subsequent premature 
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shedding of permanent teeth. The palmoplantar 
hyperkeratosis progressively worsened. 
At the age of 13 years, the patient experienced 
arthralgia of the knees and elbows that progres-
sively involved the rest of the large joints, includ-
ing the wrists, shoulders, ankles and joints. The 
joints were tender and the movement was associ-
ated with pain. There was no history of swelling, 
redness, trauma or inflammation of the joints. 
The physical examination showed severe hy-
perkeratosis  of  the  palms  and  soles  (Figure  1). 
The  keratotic  lesions  of  the  palms  extended  to 
the lateral and dorsal aspects of the hands; be-
sides the lesions on the soles, which were more 
severe, spread on to the external malleoli and on 
the Achilles tendon. In addition, the patient had 
circumscribed, scaly, and erythematous patches 
on the knees, elbows, and shins. He also had pes 
planus,  and  the  X-ray  of  hands  revealed  typical 
arachnodactyly and acro-osteolysis (Figure 2).
The  intraoral  examination  showed  the  pres-
ence of a few extremely mobile teeth. The gingiva 
around them were bright red, severely inflamed, 
swollen,  with  pus  exuding  from  the  periodontal 
pockets  and  gingival  abscesses  (Figure  3).  The 
panoramic  radiographs  showed  severe  vertical 
and horizontal alveolar bone loss around all re-
maining teeth (Figure 4).
Blood  cell  count,  erythrocyte  sedimentation 
rate, liver function transaminase levels, alkaline 
phosphatase,  total  bilirubin,  rheumatoid  factor, 
antinuclear antibodies, and C3 and C4 levels were 
normal. Based on the patient’s history, and the 
clinical and radiographic findings, the diagnosis of 
HMS was made. 
The patient`s family members were unaffected 
and no abnormal signs were present on physical 
examination. 
Written informed consent was received from 
the patient. 
 DISCUSSION
Palmoplantar keratoderma (PPK) is a hetero-
geneous condition characterized by hyperkerato-
sis and erythema of the soles of the feet and palms 
of the hands.3 The PPK has been categorized into 
diffuse,  punctate,  focal,  and  palmoplantar  ecto-
dermal dysplasia.4 PLS and HMS are rare autoso-
Figure 2. Hand-wrist radiographs of the patient. Figure 1. Palms and soles of the patient.
Figure 3. Intraoral view of the patient. Figure 4. Panoramic radiograph of the patient.
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mal recessive type-IV PPK, and are distinguish-
able clinically from other types of PPK (types I, II, 
III) because of their association with aggressive 
periodontitis that results in tooth loss.2
Haim-Munk syndrome (HMS) was described in 
4 siblings of a religious isolate from Cochin, India 
on the Malabar Coast, by Haim and Munk in 1965.1 
In  addition  to  palmoplantar  keratosis  and  peri-
odontitis,  other  clinical  findings  included  recur-
rent  pyogenic  skin  infections,  onychogryphosis, 
pes planus, arachnodactyly, and acro-osteolysis. 
In contrast to PLS, the cutaneous findings in HMS 
are more severe and extensive.5 The periodontium 
in HMS may be less severely affected than in PLS, 
but gingival inflammation and alveolar-bone de-
struction are present and severe.6 Despite shar-
ing common features with PLS, the existence of 
other clinical findings such as nail deformities and 
arachnodactyly suggest that HMS is a distinct dis-
order.6 Parenteral consanguinity is characteristic 
of  both  disorders,  which  are  genetically  related 
caused by allelic mutations in the lysosomal pro-
tease cathepsin C (CTSC) gene.5,7,8 
In our case, the diagnosis of HMS was based 
on  dermatological,  periodontal,  and  radiological 
features. Moreover, the current case was also as-
sociated with consanguinity of parents. 
A multidisciplinary approach is important for 
the care of patients with HMS and PLS. The skin 
manifestations are treated with topical emollients 
and keratolytics including salicylic acid and urea. 
Oral retinoids including acitretin, etretinate, and 
isotretinoin are the mainstay of treatment for both 
keratoderma  and  aggressive  periodontitis.9  The 
periodontal disease in both HMS and PLS usually 
responds poorly to treatment.10 Effective therapy 
includes the extraction of the primary teeth com-
bined with oral antibiotics and professional teeth 
cleaning.2 
CONCLUSIONS
HMS  is  an  extremely  rare  condition  involv-
ing palmoplantar hyperkeratosis and aggressive 
periodontitis. Although these characteristic find-
ings can be easily diagnosed, they are often over-
looked. Therefore, medical and dental profession-
als should be aware of this rare syndrome and 
provide the necessary care.
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